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syndromeMiguel Angel Gonzalez-Molesa,*, Isabel Ruiz-Avilab,
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as collagenous fibroma. We present the case report. The oral cavity is a rare location
of these lesions, with only two published cases, one in the palate and another in the
parotid. This is the first report of collagenous fibroma in the oral cavity associated






Collagenous fibroma was first described in a re-
port on seven cases in 1995.1 Since then, 77 further
cases have been reported, the majority in a series
of 63 cases described by Miettinen and Fetsch.2
These authors described the lesion as probably of
benign neoplastic origin and with a wide anatomi-
cal distribution, especially in subcutaneous and
intramuscular tissue. They concluded that it was* Corresponding author. Tel.: +34-958-243808/246808; fax:
+34-958-240908.
E-mail address: magonzal@ugr.es (M.A. Gonzalez-Moles).
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doi:10.1016/j.ooe.2003.12.004more prevalent in males, with a peak incidence
between the fifth and sixth decade of life.
The key histopathologic characteristic of col-
lagenous fibroma is a paucicellular tumour com-
posed of stellate or spindle shaped cells within a
highly collagenous or myxocollagenous matrix.2
This appearance led Miettinen and Fetsch2 to pro-
pose the designation “stellate cell fibroma”. The
ultrastructural3 and immunohistochemical data,
including frequent immunoreactivity to focal mus-
cular actin (HHF-35 and a-smooth muscle actin)2 are
consistent with the fibroblastic–myofibroblastic
nature of tumour cells. The oral cavity is an un-
common localisation4;5 of this lesion.
We describe the clinical and pathological find-
ings of a collagenous fibroma localised in the hard
palate of a 55-year-old woman with Marfan’s syn-
drome.ved.
Figure 2 Typical appearance of Marfan’s syndrome.
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A 55-year-old white woman, diagnosed 8 years
earlier with Marfan’s syndrome, was referred to
the Oral Medicine Clinic of the School of Dentistry
of the University of Granada for a painless promi-
nent lesion of 2 cm maximum diameter localised on
the left side of the hard palate. The lesion had
been observed during a routine dental check-up.
The lesion was purplish, of irregular corrugated
appearance, and with an elastic consistency (Fig.
1).
The patient that do not wore a partial upper
prosthesis, could recall no traumatic event that
might have initiated the process.
Her body had the characteristic appearance of
Marfan’s syndrome (Fig. 2). The clinical examina-
tion also revealed lesions on the nails of all fingers
and toes, which the patient had suffered since 1995
and had been diagnosed by a hospital Dermatology
Department as an ungueal candidiasis.
Her medical history included thrombophlebitis
in the left leg in 1996, and pulmonary thrombosis
and infarction, mitral valve disease, detachment of
retina and cataracts in 1998.
Incisional biopsy was performed on the palate
lesion and the 1 cm specimens obtained were fixed
in formalin and embedded in paraffin. Tissue sec-Figure 1 Corrugated lesion of the palate.tions of 3–5 lm thickness were used for haema-
toxlyn–eosin and PAS staining.
The result of the histopathologic study revealed
the presence of moderately low number of fibro-
blastic cells in a myxocollagenous matrix. The
cellularity of the lesions was lesser in deeper areas,
where the extracellular matrix was less densely
fibrotic (Fig. 3A). The fibroblastic cells had a stel-
late or spindle shaped appearance with elongated
or oval euchromatic nucleus and a frequently
prominent nucleolus (Fig. 3B). No mitotic activity
or necrosis was observed. In some areas, the le-
sional tissue obtained in the biopsy had trapped
fatty tissue. The PAS staining showed no presence
of Candida infection, ruling out an associated
chronic mucocutaneous candidiasis.
The histopathologic study yielded the diagnosis
of collagenous fibroma associated with Marfan’s
syndrome. The patient refused the complete
excision of the lesions.Discussion
We present the first report of a collagenous fi-
broma of the palate associated with Marfan’s syn-
drome. This syndrome has been described in
association with some neoplastic processes such as
lymphomas,6 leukaemia7;8 and malignant myoepi-
thelioma.9 Moreover, patients with multiple endo-
Figure 3 (A) Moderate number of fibroblastic cells in a myxocollagenous matrix. The cellularity of the lesions was
lesser in deeper areas (H and E staining, 40X). (B) Stellate or spindle shaped fibroblastic cells within a myxocollagenous
matrix (H and E staining, 100X).
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body.10–12 However, although Marfan’s syndrome is
a hereditary disorder of the connective tissue, it
has never been reported in association with benign
or malignant connective tumours.
Although around 77 cases of collagenous fibroma
have been described in the literature,1–5;12–14 the
lesion is extremely rare in the oral cavity, with only
two cases in the palate4 and another in the
parotid.5
The lesions studied in the present case fulfilled
previously published histopathologic criteria1;2 for
the diagnosis of collagenous fibroma and our find-
ings coincided with other reports. Our observation
of lesser cellularity in deeper areas of the lesional
tissue, where the collagenous matrix was less
densely fibrotic, probably indicates greater cell
activity in the periphery of the tumour, as previ-
ously reported.2;4;5 The trapping of fatty material
that we observed also occurred in half of published
cases.2;4;5
The differential diagnosis of collagenous fi-
broma of the oral cavity includes a range of soft
tissue lesions, including inflammatory fibrous
hyperplasia, traumatic fibroma, giant cell fibroma
and desmoid fibromatosis.4;5 Inflammatory fibrous
hyperplasia is a reactive lesion of fibrous connec-
tive tissue closely related to a poorly fitting
prosthesis. It is histopathologically characterised
by an increased amount of collagenous tissue and
fibrous connective tissue with a chronic inflam-
matory infiltrate. The absence of prosthesis and
the scant inflammatory infiltrate ruled out the
diagnosis of fibrous hyperplasia in the presentcase. The absence of any history of trauma ex-
cluded the diagnosis of a traumatic fibroma. Al-
though giant cell fibroma presents giant multi-
nucleated cells, many of stellate appearance, it
measures less than 1 cm and does not shows tissue
trapping,15;16 typically manifesting as a peduncu-
late lesion, above all on the lower gingiva in the
first three decades of life.17 Thus, giant cell fi-
broma was ruled in the present case. Finally, the
differential diagnosis with desmoid fibromatosis is
the most difficult, due to their histologic similar-
ity. However, compared with the present case
desmoid fibromatosis is consistently and diffusely
more cellular,1–3;12 has a more rapid growth rate, a
more aggressive appearance, and a greater size at
diagnosis.18
The clinical and histopathological data led us to
diagnose collagenous fibroma of the palate in this
patient. This case is of special interest because of
the infrequent presentation in oral cavity and the
association with Marfan’s syndrome.References
1. Evans HL. Desmoplastic fibroblastoma. A report of seven
cases. Am J Surg Pathol 1995;19:1077–81.
2. Miettinen M, Fetsch JF. Collagenous fibroma (desmoplastic
fibroblastoma): a clinicopathologic analysis of 63 cases of
distinctive soft tissue lesion with stellate-shaped fibro-
blasts. Hum Pathol 1998;29:676–82.
3. Nielson GP, O’Connel JX, Dickersin GR, Rosenberg AE.
Collagenous fibroma (desmoplastic fibroblastoma): a report
of seven cases. Mod Pathol 1996;44:1945–54.
4. Alves Mesquita R, Okuda E, Jorge WA, Cavalcanti de Araujo
V. Collagenous fibroma (desmoplastic fibroblastoma) of the
42 M.A. Gonzalez-Moles et al.palate. Oral Surg Oral Med Oral Pathol Oral Radiol Endod
2001;91:80–4.
5. Ide F, Shimoyama T, Horie N, Tanaka H. Collagenous
fibroma (desmoplastic fibroblastoma) presenting as a
parotid mass. J Oral Pathol Med 1999;28:465–8.
6. Corso A, Pagnucco G, Morra E, Bernasconi C. The diagnosis
of non-Hodgkin’s lymphoma in a patient with Marfan’s
syndrome. Minerva Med 1993;84:417–9.
7. Sharief N, Kingston JE, Wright VM, Costeloe K. Acute
leukemia in an infant with Marfan’s syndrome: a case
report. Pediatr Hematol Oncol 1991;8:323–7.
8. Lee JJ, Kim HJ, Chung IJ, Jeong MH, Kook H, Seo JS, et al. A
case of Marfan syndrome with acute monoblastic leukemia.
Korean J Intern Med 1998;13:140–2.
9. Bisconti M, Bisetti A, Bidoli P. Malignant mesothelioma in
subjects with Marfan’s syndrome and Ehler–Danlos syndrome:
only an apparent association? Respiration 2000; 67:223–8.
10. Nitsche R, Schaer M, Leuschner I, Lamberts R, Schulte HM,
Folsch UR. Type 2B multiple endocrine neoplasms with diuse
liver metastases as the cause of chronic diarrhea. Dtsch Med
Wochenschr 1992;117:1630–6.11. Holloway KB, Flowers FP. Multiple endocrine neoplasia 2B
(men 2B)/men 3. Dermatol Clin 1995;13:99–103.
12. Hasegawa T, Shimoda T, Hirohashi S, Hizawa K, Sano T.
Collagenous fibroma (desmoplastic fibroblastoma). Report
of four cases and review of the literature. Arch Pathol Lab
Med 1998;122:455–60.
13. Weisberg NK, DiCaudo DJ, Meland NB. Collagenous fibroma
(desmoplastic fibroblastoma). Am J Acad Dermatol
1999;41:292–4.
14. Jang JG, Jung HH, Suh KS. Collagenous fibroma (desmoplas-
tic fibroblastoma). Am J Dermatol 1999;21:256–8.
15. Neville BW, Damm DD, Allen CM, Bouquot JE. Oral and
maxilofacial pathology. Philadelphia: WB Saunders; 1995. p.
362–415.
16. Regezi JA, Sciuba JJ. Oral pathology: clinical pathologic
correlations. 3rd ed. Philadelphia: WB Saunders; 1999. p.
176–216.
17. Weathers DR, Calligan MD. Giant cell fibroma. Oral Surg
Oral Med Oral Pathol 1974;37:374–84.
18. Batsakis JG, Raslan W. Extra-abdominal desmoid fibroma-
tosis. Ann Otol Rhinol Laryngol 1994;103:331–4.
